Skin biopsy: Marked hyperkeratosis and acanthosis of epidermis. The keratinized layer consists of two parts, the superficial which has a loose basket-weave pattern, and a deeper, more homogeneous layer such as is met with on the hand. Occasional clefts are seen in this deep layer. The dermis shows a little perivascular chronic inflammatory cell infiltrate and there is an increase of mast cells in this situation.
Case 2 H O'L, female, aged 3j History: At the age of 3 months she developed a pink ring at the site of vaccination in the upper arm, which was followed by the appearance of an eruption spreading down both arms. At 9 months of age, a similar rash appeared on the legs and at 18 months on the cheeks. The rash gradually became more extensive until it reached its present limit between the ages of 2 and 3 years. It commences as erythema which, during the course of several months, becomes brown and may be associated with scaling. The degree of erythema varies markedly from day to day. During the past two years, an excessive growth of soft fair hair has appeared on pigmented areas, mainly on the legs, but also on the arms. The areas have become more pigmented and sharply demarcated. Family history: Father is Case 1. On examination: Main involvement is of the cheeks, extensor aspect of arms, glove areas, lower abdomen, 'trouser' distribution and feet. Cheeks show erythematous patches with irregular outlines. Symmetrical hyperkeratosis of palms, soles, and dorsa of hands and with opaque appearance. Other regions show raised areas of erythema and brown pigmentation with bizarre but definite outlines, sometimes surrounding areas of apparently normal skin. Pigmentation on shoulders has reticulate patterning. Hypertrichosis occurs mainly on pigmented areas and is more marked on the legs (Fig 1) . Scaling of ears, fingers and dorsa of hands and feet is present. No urtication of involved areas on friction. Hair, teeth and nails normal. General examination normal. Development normal. Investigations: Urine, blood count and bone marrow normal. Skin biopsy: Histological changes similar to Case 1.
Comment: This condition seems to have appeared in the father as the result of a mutation and has been inherited by the daughter as a dominant characteristic. It is an erythemato-keratotic phakomatosis and fits broadly into the group of progressive erythrokeratodermias (Gottron & Schonfeld 1960). Some of the features are similar to those of a case shown by Coles (1954) to the Oxford Regional Dermatological Group. Dr G B Dowling: A few of these cases have been seen -and discussed at meetings from time to time and the question of their classification is interesting. Are they related either to tylosis or to pityriasis rubra pilaris?
We occasionally see cases which we label pityriasis rubra pilaris which have begun in infancy and in which are seen both palmar and plantar keratodermia and widespread plaques or areas of geographical outline which remain fixed for years. They behave like a fixed developmental abnormality rather than the unstable pityriasis rubra pilaris of adults.
Dr D S Wilkinson: I have a family with tylosis who also show smal pigmented spots in the groins and flanksrather similar to this case.
The President: Tylosis appears as a dominant. We have a very large family in the Fens with a very high incidence of tylosis and through many generations. Were you able to trace back further than the father?
Dr M A Cowan: No, the father is quite sure that no one else has the condition. Dr S Shuster: What is the mechanism of the hairiness of the lesions? Are the hairs in fact growing more rapidly or is it that the life span of each hair is longer and that the rate of growth of the hairs is slower?
Dr Cowan: I do not know.
Dr H R Vickers: I have nothing to add to what Dr
Cowan has said except that when I first saw the child Professor Tom Fitzpatrick was in the clinic. Neither of us had seen anything like it before, we thought it was probably incontinentia pigmenti and it was only when we got the section back that we wondered about the possibility of urticaria pigmentosa. There was no abnormal hair when she was first seen and it was marked when we showed her at our local meeting when she was about 18 months old. There is now a markedly increased amount of hair; whether it is growing rapidly I do not know, we have not tested to see if it grows at an abnormal rate.
Dr E J Moynahan: I think the keratodermias of the palms and soles are extremely difficult to classify, and if an accurate diagnosis is to be made a detailed family history must be obtained because the inheritance of the condition varies; thus there is a dominant form of the mal de Meleda which was described by Greither in Germany. The mal de Meleda, despite its frequency in the Dalmatian Islands, is a recessive, but much inbreeding takes placeas one would expect in an isolated community. The common keratodermia of the palms and soles (tylosis) is of course a dominant. The appearance of the father's face makes one think of pityriasis rubra pilaris, and at first sight the child might also suggest that diagnosis. Another possibility is some epidermal nwvus resembling ichthyosiform erythroderma. It is quite likely, however, that we may be witnessing the results of a mutation which occurred in the father, the resulting gene being dominant.
The following cases were also shown: Dr D Erskine Dr Louis Forman showed a short film demonstrating movement in a Demodex folliculorum after removal from a patient.
